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BOJIE3Hb MLIEHKO-KYLUUHIA Y MAJIbMUKA 15 NET, MAHUOECTUPOBABLLAA @
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BbonesHb MuyeHko-KywunHra (BUK) — sepywasa popma (75-80%) sHgoreHHoro runepkopTtuumama (3 y nogpoctkos. Hecmo-
TPA Ha XapaKTepHble KNMHMYecKre NpoaBneHns, amarHoctuka bUK 3atpygHeHa Heo6X0[MMOCTbIO HECKONbKMX METOLO0B UC-
CcnefoBaHUA, PYUCKOM NTOXKHOMONOXUTENbHbIX Y TOXXHOOTPMLIATENbHbIX Pe3yNbTaToB, TPYAHOCTAMM NHTEPAPETALNN, HU3KUM
npoueHToMm MP-Bu3yanunsauuu y fetein. Y npeacrtaBneHHoro nauunenTa, ¢ 10 net oTMeuasLiero n3bbiTouHble nprbaBKy Macchl
Tena, CH/XKeHNe CKOPOCTY POCTa BbIAABIEHO PETPOCNEKTUBHO, abCOIOTHAA HU3KOPOCIOCTb pa3Buniach K 14,5 ropa. Mpu 06-
cnefnoBaHuy B 15 NeT BblAABIEHbl MHBEPCUA CYTOYHOIo putmMa Koptumsona (09:00 — 378,4 umonb/n, 23:00 — 598,9 Hmonb/n),
NoBbILLEHNe YPOBHA KopTu3ona B citoHe B 23:00 (20,32 HMonb/n) n akcKpeumn ¢ moyvon (981,5 mkr/cyT). HouHom gekcame-
Ta3oHoBbIN TecT (MAT) 6611 NONOXKUTENbHBIM (KOPTU30N 44,26 HMONb/N), AKTI — B «cepoli 3oHe» (22,19 nr/mn). Mpu MPT
C KOHTPaCTMPOBaHMEM MPU3HAKN HEOLHOPOLHON CTPYKTYpbl runodusa. Npu nosTopHom obcnegoaHum B 15,5 rona nHeep-
CUA CYyTOUHOrO pUTMa KOpPTMU30Ja conpoBoXaanacb abconioTHol runepkoptmsonemmert (09:00 — 843,4 Hmonb/n, 23:00 —
929,4 Hmonb/n), MAT ctan oTpuuaTenbHbiM (KOpTN30n 235 HMonb/n), ypoBeHb AKTT ocTaBanca B «cepoi 3oHe» (25,1 nr/mn).
Mpun MPT c KOHTpacTMpoBaHeM ageHoMma runodusa 6x4 mm. NpagueHT yposHA AKTI mexay neBbiM HXHUM KaMeHUCTbIM
CUHycom n nepudepuryeckoin Kposbto 13,3 noaTteepaun BUK. MNocne TpaHcheHomaanbHOM afeHOMIKTOMUN YPOBEHb KOPTU-
30/1a 39,4 HMOJb/N CBUAETENBCTBOBAJ O PEMUCCUN C HU3KUM PUCKOM PeLnanBa, B AasibHeemM 0TMeYanocb obpatHoe pas-
BUTUE cumnToMoB Il lNocneonepaumoHHble HeCaxapHbI AMabeT U NEPBUYHBIA TMNOTUPEO3 NOTPEeOOBaNN 3aMeCTUTENBbHO
Tepanuu.

KJTIOYEBbIE CJTIOBA: 2unepkopmuyusm; 6one3Hs NueHko-KywiuHea; masblli 0ekcamemasoHo8bIl mecm, celeKmusHsil 3a60p Kpo8u U3 HUX-
HUX KAMEHUCMBbIX CUHYCO8; MPpAaHCcGeHouda1bHAs a0eHOMIKMOoMUs,; demu.

CUSHING’S DISEASE IN A 15-YEAR-OLD BOY, MANIFESTING IN PREPUBERTAL AGE
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Cushing'’s disease (CD) is the leading form (75-80%) of the endogenous hypercortisolism (EH) in adolescents. Despite the ob-
vious clinical manifestations, the diagnosis of CD is complicated because of the need of several research methods, the risk
of false-positive and false-negative results, difficulties in interpretation and the low percentage of MR-imaging in children.
The present patient had noted excessive weight gain since the age of 10 years, a decrease in growth rate was detected
retrospectively, absolute short stature developed by the age of 14.5 years. An examination at the age of 15 revealed an in-
version of the circadian cortisol rhythm (9:00 378.4 nmol/l, 23:00 598.9 nmol/l), an increase in the cortisol level in saliva at
23:00 (20.32 nmol/l) and excretion in urine (981.5 mcg/day). The overnight dexamethasone test (ODT) was positive (cortisol
44.26 nmol/l), ACTH was in the “gray zone” (22.19 pg/ml). MRI with contrast showed signs of a heterogeneous pituitary gland
structure. When patient was re-examined at 15.5 years the inversion of the circadian rhythm of cortisol was accompanied by
absolute hypercortisolemia (9:00 843.4 nmol/l, 23:00 929.4 nmol/l), ODT became negative (cortisol 235 nmol/l), ACTH level
remained in the “gray zone" (25.1 pg/ml). MRI with contrast showed pituitary adenoma 6x4 mm. An ACTH level gradient
between the left inferior petrosal sinus and peripheral blood of 13.3 confirmed CD. After transsphenoidal adenomectomy,
a cortisol level of 39.4 nmol/l indicated remission with a low risk of relapse; subsequently a reverse development of EH symp-
toms were noted. Postoperative diabetes insipidus and primary hypothyroidism required replacement therapy.

KEYWORDS: hypercortisolism; Cushing’s disease; overnight dexamethasone test; selective blood sampling from the inferior petrosal sinus; trans-
sphenoidal adenomectomy; children.
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AKTYAJIbHOCTb

bonesnb VueHko-KywumHra (BUK) — pepgkoe HenposH-
IOKPUHHOE 3abo0neBaHWe, BO3HMKalollee BCNeAcTBUE ru-
nepcekpeunn agpPeHoOKOPTUKOTPOMNHOrO ropmoHa (AKTT)
apeHomol runodmrsa n aABnswoLeecs Begywen ¢opmon
(75-80%) sHporeHHoro runepkoptuymusma (3N y nogpoct-
KOB U B3pocnbix [1, 2] PacnpocTtpaHeHHocTb BUK cocTaBnser
39,1:1000000 uenosek, y getert — 0,12-0,24:1000000 [3, 4].

HecmoTpsa Ha XxapaKTepHble KIMHUYECKNE NPOABNEHNS,
amnarHoctmka BUIK B pgetckom Bo3pacte 3aTpygHWUTENbHa
B CBA3W C PEAKOCTbIO BCTPEYAEMOCTN AAHHOIO COCTOAHWS,
MeOJIEHHbIM HapacTaHUEM KIMHUYECKOW CMMMTOMATUKMN.
OTnnunTEeNbHON KNMHMYECKo ocobeHHocTbio BUK B pet-
CKOM BO3pacTe ABMAETCA CHUXKEHME CKOPOCTM POCTa C pas-
BUTMEM HU3KOPOCNOCTU MPWU MNO3OHEN MOCTAaHOBKE Aua-
rHosa [5]. Mo gaHHbIM NUTEpPaTypbl, OT NOABNEHMA NEPBbIX
Nnpu3HakoB 3aboneBaHMA OO MOCTAaHOBKM AMarHosa mnpo-
X04uT oT 6 MecAueB o 6,5 ropa [1, 6, 7]. [lnA KOppeKTHOMN
OVArHoOCTVKM TpebyeTca Lenbiin pag uccnegoBaHuin [8], npu
NPOBEAEHNN KOTOPbIX MMEETCA PUCK JIOXKHOMOMOXUTESNb-
HbIX 1 JIOXHOOTPULATENbHbBIX Pe3ynbTaToB, a TakXe Cylie-
CTBYIOT 3aTPyAHEHUA B HTepnpeTaumm TectoB. Kpome Toro,
3$dEKTUBHOCTb BU3Yann3aLmMm KOPTUKOTPOMMUHOM y AeTel
npu MPT ¢ KOHTpacTpoBaHMeM cocTaBnaeT okono 50% [4].
B cnyuae, ecnn ageHoma He BbIIBNAETCA WK €e pa3mepbl
MeHee 6 MM, PeKOMeHAyeTCA NpoBedeHUe CeneKTVBHOro
3ab60pa KPOBU 13 HXKHMX KaMeHUCTbIX crHycoB (HKC), Bos-
MO>XHOTO TOJIbKO B CMeLnann3npoBaHHOM yupeaeHun [3].

OMUCAHUE CNYYAA

MauwuenT ., 2008 r. p. 06paTUICA B FOPOACKON AETCKUIA
SHOOKPMHONOITMYECKNI LIeHTP B BO3pacTe 14 net 4 mecAues
C Xanobamy Ha NporpeccupyioLlyo NprMbaBKy mMacchl Tena
Ha ¢poHe cobNoAEHUs JNETBI U AKTUBHbIX 3aHATWI CMIOPTOM.

Macca Tena npu poxgeHun — 3900 r, pocT — 53 cm,
oueHKa Mo wkane Anrap 8/9 6annos. PaHHU aHamHe3 6e3
ocobeHHoCTel. B Bo3pacTe 7 neT nepeHec Cepo3HbIli Me-
HUHIUT. CEeMeMHbIN aHaMHe3 MO OXUPEHNIO, CaXapHOMY Au-
abeTty He oTArouleH. Poct matepu — 164 cm, otua — 184 cm,
cTaplero bpata — 187 cm.

C 10 net nporpeccupywnin Habop maccbl Tena He-
CMOTPA Ha 3aHATUA CMOPTOM (TPEHAXepPHbIN 3an, NbKK).
Brnepsbie obcnenosaH B 10 net 7 mecsues: poct — 147 cm
(SDS +0,98), macca Tena — 49 Kr, MHOEKC Maccbl Tena
(MMT) — 22,7 kr/m? (SDS +2,33). Intoko3sa nnasmbl (M) Ha-
Towgak 4,7 mmonb/n (4,4-6,1), TTT — 0,65 MME/n (0,51-4,3),
CcBO6GOAHbIN T, (c8T,) — 13,3 nmonb/n (12,6-21,0), aHTnTena
K TMNO un TT oTpuuatenbHble, NponaktuH — 193,171 mME/n
(86-324). PekomeH0OBaHbI AneTa u GU3NYECKMEe HarpysKy,
Ha pOHe KOTOPbIX OTMEYANIOCh CHMKEHME MACChl TeNa.

B Bo3pacte 12 ner 3 mecsAUeB MOSBWINCH Kanobbl
Ha rofioBHble 60JM, NMEePUOAMNYECKYI0 YTOMIIAEMOCTb, SMK-
304MYeCKOe MOBblWEHWE apTepuanbHoro Aasnenua (AL)
no 122/78-126/83 mMm pT.CT, OOMOpPOUYHbIE COCTOAHUA
Ha ¢OHe ronogaHus, MCUXO3MOLMOHANBHOIO HanpsKe-
HuA. MNpu o6cnefoBaHNY Y KAPAWOIIOra NaTonorus cepaey-
HO-COCYANCTON CUCTEMbI UCKMoYeHa. B 12 net 6 mecAaues
poct — 148,5 cm (SDS -0,56), macca Tena — 59,6 kr, UMT —
27,0 kr/m? (SDS +2,5). Mpn peTpocneKTMBHOM aHanuse ob-
paTuio Ha cebs BHUMaHME BblPa’KeHHOE CHUMXEHMe CKOpo-
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ctn pocTa go 0,7 cm/rog (SDS -4,03). Al — 110/70 Mmm pT.CT.
Monooe pa3suTre no Tanner Pll, 06bem TecTrkyn no Prader
d=2ml, s=3ml. BbiaBneHa HapyLleHHas TONEepPaHTHOCTb
K rnioko3e (HTI): TM Hatowak 5,3 mmonb/n (<6,1), yepes
2 vaca 9,7 mmonb/n (<7,8) Npu HOPMaNbHOM COAEPKAHUN
WHCynrHa B KpoBu 15,6 mKEa/mn (2,0-25,0). MNepBuYHbIN rv-
notupeo3s uckntoueH (TTF — 1,33 mME/n; Hopma 0,51-4,3).
YpoBHu JINr<0,1 ME/n (0,02-4,9), ®CI' — 0,59 ME/n (0,26-3,2)
n tectoctepoHa (T) 1,4 Hmonb/n (1,03-5,19 Hmonb/n) co-
OTBETCTBOBANIM BO3pPacTHOM Hopme. KocCTHbI BO3pacT
10,5-11 net no Greulich. Mpu Y3 opraHos 6ptowwHoN no-
NnocTu BbisiBeHbl Anddy3HbIe N3MEHEHUA NOAXeNyAoYHON
»kenesbl. lInarHoctMpoBaHbl oxunpeHune 2 ctenenn, HTT, cnn-
LpoMm HenpasunbHoro nybeptata (CHIM). PekomeHgoBaHbl
aveta, dusnyeckue Harpysku, MetpopmmH no 500 mr 2 pasza
B A€Hb, MOBTOPHOE 06CiefioBaHMe Yepes 6-12 mecsaues. Ma-
LUMEHT noJiyyasn fiedyeHne B TeYEHUE rofa, 3aTeM CaMoCTOos-
TENbHO €ro OTMEHUII.

B 14 net 4 mecaua poct — 151 cm (SDS -1,8), ckopocTb
pocTa Hu3Kaa (1,5 cm/rog; SDS -2,8), macca Tena — 59,9 kr,
NMT — 26,27 kr/m?(SDS+2,01).NonoBoe pa3sutne noTanner
PIV, o6bem Tectukyn no Prader d=s=8 ml. KocTHbIln BO3pacT
14,5-15 net no Greulich. [laHHbIX 3a HapyLleHWe yrieBo-
LHOro obmeHa He nonyueHo (Ml HaTowak — 4,9 mmonb/n
(<6,1), uepes 2 vaca nocne Harpysku — 5,4 mmonb/n (<7,8)),
WCKIIoUeHbl 3aboneBaHua WMToBUAHON xenesbl (TTI —
0,97 MME/n (0,51-4,3), c8T, — 16,02 nmonb/n (12,6-21,0),
aHtuTena K TMO n TT oTpuuaTenbHble, Y3/ B HopMme). KoH-
ueHTpaumna NOP-1 pesko cHuxkeHa (109 Hr/mn; SDS <-2).
BbIfBNEHO yMepeHHOe MOBbIEHNE YTPEHHEro YPOBHA
Koptusona (626,7 Hmonb/n; Hopma 133-537) B coueTa-
HUWN C BbICOKUM COZEP>KaHWEM AEernapo3nNaHapPOCTEPOHA
cynbdata (866,2 mkr/gn, Hopma 70,2—492), nperHeHono-
Ha (13 Hr/mn, Hopma 0,1-3,4) 1 HOPManbHBIMA KOHLIEHTPa-
uMsMM aHppocTeHanoHa (2,194 Hr/mn, Hopma 0,33-3,3)
n 17-rngpokcmnporectepona (1,0 Hr/mn, Hopma 0,2-3,1).
HecmoTps Ha nporpeccMpoBaHue MOJIOBOTO OBOIOCEHUSA
6a3anbHble yposHu JI'<0,1 ME/n (0,2-7,0), ®CI — 0,47 ME/n
(1,8-9,2), T — 0,537 ur/mn (1,8-7,63) cOOTBETCTBOBANN [0-
nybepTaTHbIM 3HAUYEHUsIM, OTCYTCTBOBaSIO MOBbILIEHWE
ypoBHA JII B xoae TecTa ¢ TpuntopenunHom (0,931 ME/n (>8)).
TpexaHeBHbI TecT ¢ X[ nonoxutenbHbin (9,515 HMonb/n,
Hopma >3,5). KoHueHTpauum AMI 12,5 Hr/mn (4,6-22,8)
N UHrmbuHa B 114,4 nr/mn (62-338) B npegenax Bo3pact-
HOW HOPMbI, OTHOLLEHWE NHIMOKH B/AMI 9,152 (HeT faHHbIX
0 pedepeHTHOM WMHTepBane). Mpu MPT ronoBHoro mosra
N XMa3MaJibHO-CEIAPHON 06NacT C KOHTPACTMPOBaHMEM
BbIAABJIEHbI NMPU3HAKN HEOJHOPOLHOW CTPYKTYpbl rnnodusa.
HnarHoctnpoBaHbl oxupeHne 1 ctenenu, HTT (ot 2021 r.),
HU3KOPOCSIOCTb YMEPEHHOW CTeNeHW, rTMNnOroHagoTPOMNHbIN
runoroHagmam (IT). PekomeHaoBaH Kypc cMecu 3¢pupos Te-
ctoctepoHa 100 mr 1 pa3 B 28 gHen N93.

B 15 net 3 mecaua (puc. 1), yepe3s 3 mecAua nocne
OKOHUYaHMA Kypca Tepanuu cMecbi 3GUPOB TeCTOCTEPO-
Ha poct — 151 cm (SDS -2,41), ckopocTb pocta 0 cm/rog,
macca Tena 64 kr; +4 kr/rog; UMT 28,1 kr/m? (SDS +2,17),
NMOAKOXHO-XMPOBasA KneTyaTka pacrnpepnesieHa no LeHTpu-
netasibHOMy TuMy. KOXHble MOKPOBbI UCTOHYEHbI, C Mpa-
MOPHOCTbIO, 6arpoBbIfi PyMAHEL, rMNepTprxo3, B Nogmbl-
WeyHbIX obnactax acantosis nigricans; CTpMM OTCYTCTBYIOT.
Al — 120/75 mm pr.cT. lNonoBoe pa3sutue no Tanner PIV,
o6bem TecTnKyn no Prader d=s=8 ml. [laHHbIX 3a HapyLleHne
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PucyHok 1. MayuenT, 15 net 3 mec.

yrneBogHoro obmeHa HeT ([Tl HaTowak — 5,2 mmonb/n
(<6,1), uepes 120 MuHyT — 4,99 mmonb/n (<7,8), ypoBeHb
HbA, — 5,23% (<5,5)). BbisiBNi€Hbl MHBEPCMA CYTOUYHOTO PUT-
Ma KopTtu3ona (B 09:00 — 378,4 Hmonb/n, Hopma 133-537,
B 23:00 — 598,9 HMonb/n, Hopma <50% OT yTpeHHero), MoBbI-
LIeHVe YPOBHA KopTusona B ctoHe B 23:00 (20,32 Hmonb/n;
TOUKa pasgeneHusa 9,4) n sKkckpeuum ¢ moyon (981,5 MKr/cyT;
HopMma <403). KopTrnson B xofie HOYHOIO eKCaMeTa30HOBO-
ro Tecta (MAT) 44,26 Hmonb/n (<50). AKTI — 22,19 nr/mn
(7,2-63,3). Mo pe3synbratam CyTOYHOINO MOHUTOPUPOBaHMA
Al BbiAiBNeHa OHEBHaA CUCTONO-AMACTONMNYECKaa apTepu-
anbHasA rMnepTeHsns, cTabunbHas cucTonuyeckas, nabunb-
Haa anacTtonumyeckas. MNpu OIAC oTmevanca HE3PO3MBHbLIN
pedniokc-330darnT, o4arosbiil racTpPUT, yOAEHO-TacTpasib-
HbI pedniokc. B xoge KT ncknioyeHbl ob6bemHble 06pa3o-
BaHMA OPraHoB OPIOLWHOM NONOCTM 1 3a6PIOWNHHOIO MPOo-
CTpaHCTBa. PeHTreHOBCKas AeHCUTOMETPUA MO3BOHOUYHMKA
(L2-L4) BblABMNA CHUXKEHNE MUHEPANIbHONM MAOTHOCTM KOCT-
HOW TKaHu (Z-kpuTepuii -2,4 SD). inarHoctnpoBaH AKTI-3a-
BMCVMbIV SHAOTEHHbIV TMNEPKOPTMLM3M — 6onesHb MueH-
Ko-KywmHra 6e3 Bu3yanusaumm apgeHombl. OCNOXHEHMA:
BTOPUYHbIV AePpUUUT ropMoHa pocTa. CUMNTOMaTUYECKNIA
runoroHaamsm. AptepuanbHas runepteHsmsa. OcteoneHus.
ConyTctytowme: HTT (o1 2021 r). Heapo3umeHbIn peditokc-3-
30(arnT, OYaroBbIl racTpuT, OYOAEHO-TacTpanbHbI ped-
nokc. [ins ganbHenwero obcnenoBaHus 1 nevyeHNs Hanpas-
nex B OI'bY «HMUL| aHgokpuHonorum» MuH3sgpasa Poccun.

B OIbY «<HMWL, sHpgokpunHonorun» B Bo3pacte 15 net
5 mecAueB poct — 151 cm, macca Tena — 67,5 Kkr (+3,5 Kr
33 2 MecsiLa) BblBJIEHbl MMMNEPKOPTU30NIEMNS U NHBEPCUSA
CYTOYHOro putma koptusona n AKTI: koptnson B 09:00 —
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PucyHok 2. NMauwneHT 15 neT 11 mec (6 mecALeB nocne ageHOMIKTOMUM,
6 [Hel nocsie BO3BPaLLEHNA C KypopTa).

843,4 umonb/n (77,0-630,0), B 23:00 — 929,4 Hmonb/n
(64,0-327,0), AKTT B 09:00 — 25,1 nr/mn (7,2-63,3),
B 23:00 — 53,4 nr/mn (2,0-25,5). OTmevanucb ganbHemn-
Lee MOBbIWEHNE SKCKPeUnn Koptmnsona (2749,5 Hmonb/n;
Hopma 100,0-329,0) n ypoBHA KopTM3ona cioHbl B 23:00
(72,0 HMonb/n; TouKa pasgenerns 9,4), otpuuatenbHbin MAT
(kopTnzon 235 HMonb/n; Hopma <50). Mpu MPT ¢ KoHTpa-
CTUPOBAHNEM BbIsiIB/IeHa ageHoMa runodursa 6x4 mm. Ans
NOATBEPXKAEHNA LIEHTPANbHOrO reHesa runepKopTULN3-
Ma MpOBefleH CEeNEeKTUBHbIN 3a60p KPOBM M3 KaMEHMCTbIX
CMHYCOB: rpaguneHT ypoBHA AKTI mexay neBbiM HUKHUM
KaMeHUCTbIM cMHycom (800 nr/mn) 1 nepudepuyeckon Kpo-
Bbto (60 nr/mn) coctasun 13,3 (>2 pna bUK). MNoareepxpeH
avarHos bUK Bcnepncteme ageHoMbl rmnodusa, BbiMoSIHEHA
TpaHccheHomaanbHaa afgeHoMaKToMus. [locneonepaymoH-
HbI YpoBeHb KopTu3ona B 09:00 — 39,4 Hmonb/n, AKTI —
6,4 nr/mn. Ha BTOpble CyTKM HayaTa 3amecTuTeNbHaA Tepa-
NMUA rTMAPOKOPTU3OHOM 25 Mr/cyT (15 Mr/m? ¢ nOCTENEHHBIM
CHVKEHMeM), B CBA3M C NONMypren 1 TeHaeHUen K runep-
HaTpuemmmn (Hatpum go 147,8 mmonb/n) — gecmonpeccu-
Hom 0,025-0,05 Mr/cyTKu.

Yepes 2 Hepenn nocne XMpPypruyeckoro JieyeHus
B CBA3M C »Kanobamum Ha BbIPAKEHHYIO C1abOCTb, COHMN-
BOCTb, TOLWIHOTY 06CNefoBaH, BbIsiBNEHbI rnneppepmeH-
Temua (AIT — 150,4 Ea/n, ACT — 63,4 Ea/n) n cuHgpom
nepsuyHoro runotupeosa (TTr — 73,97 mME/n, cBT, —
11,36 nmonb/n (12,6-21,0)) 6e3 npusHakos AUT (aHTUTeNa
K TMO He obHapy»eHbl, Y3U WnToBMAHON enesbl B HOP-
Me). Hauato neyeHune neBOTUPOKCMHOM HaTpUA B CTapTo-
BOW A03e 25 MKr/CyTKn, ypCcoOe30KCMXONeBON KUCIOTOM,
Ha ¢OHe KOTOPOro CaMouyBCTBME Ynydlimiocb. Yepes
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6 mecAueB nocne onepaumn (puc. 2) poct — 156 cm (SDS
-2,16), ckopoctb pocta — 10 cm/rog (SDS +2,25), mac-
ca Tena — 55 kr, UMT — 22,6 kr/m? (SDS +0,74). Al —
107/73 mm pr.ct,, YCC — 80 ya/muH. lNonoBoe passutne
no Tanner PIV, o6bem Tectnkyn no Prader d=s=20 mn.
AJTT — 26,9 En/n, ACT — 24,8 En/n, TTI — 4,8 MME/n (ne-
BOTUPOKCUH HaTpua 75 mkr/cyTkn), JIr — 5,5 ME/n, ®CI —
4,02 ME/n, T — 6,14 Hr/mn. Quypes — 3150 mn, oTHOCK-
TeNbHasA MJIOTHOCTb MOUM Ha ¢oHe Tepanum 1007-1018
(necmonpeccuH — 0,075 mr/cyTKu).

OBCYXXAEHUE

MepBoiw1 xanobon y onncbiBaeMoro nayneHTa 6oina ms-
6bITOYHAA NMpubaBKa MaccCbl Tena, NOABMBLUASACA 3a 5 ner
[0 YCTaHOBJIEHNA AMarHo3a. 3To0 0COBGeHHO 6Gecnokowno
nauveHTa U ero Cembio B CBA3U C OTCYTCTBMEM OXMPEHMA
B CEMEMHOM aHaMHe3e 1 aKTUBHbIM 06pa3om »m3Hu. PeTpo-
CNEeKTMBHasA OLeHKa NO3BOUIA YCTaHOBUTDb, UTO CHUXKEHME
CKOPOCTUN POCTa OTMEYANoCb NapanesbHO C N30bITOYHbI-
MU nprbaBKamu macchl Tenia. AGCONIOTHBINA POCT B TeUEHUe
2 neT 0CTaBasnCcA B Npegenax cpefHunx 3HaueHun, xota ASDS
pocTta coctaBuna -0,77/rog. Jinwb cnycta 4 roga oT Hayana
3ab0neBaHNA 3a0KYMEHTUPOBaHa HU3KOPOCIOCTb JIEFKOM
cTeneHu, 5 net — ymepeHHon. 1o gaHHbIM nuTepaTypbl,
CHUXKEHME CKOPOCTU POCTa — OAWH U3 Hanboree 3HaYNMbIX
N paHHUX nposasnaeHun 3l y geTen, Kak NpaBuno npepue-
CTBYIOLMI MOABAEHUIO APYrMX CUMMATOMOB 3aboneBaHus.
Yem mnagwe pebeHOK 1 6osblue ONMTeNbHOCTb 3aboneBa-
HWA, TeM 3HaYMTeNbHee 3aaeprkka pocTa [2, 9]. Mo gaHHbIM
H.A. CtpebkoBoii u coaBr. (2009 1.), y geTeir c BUK Ha MOMeHT
anarHoctukm SDS pocta coctaBnan ot -0,7 go -4,2 [10].

Takne cumnTtombl I, KaK XapakTepHoe pacnpegeneHne
NOAKOXHOMO XMPOBOrO CNOA, MAaTPOHWU3M, FUMNEPTPUXO3,
OblIV BbIABMIEHBI Y OMMCHIBAEMOrO MaLMeHTa TOMbKO Cry-
CTA 5 neT oT Havana 3aboneBaHus, a aTpodryeckre CTpun
(1 mobble BMABI CTPWIA), OQUH M3 TUMNYHBIX CUMATOMOB DI
Yy B3pOC/bIX, OTCYTCTBOBanW. AHasfornyHble HabniopgeHus
npencTasneHbl M.A. TionbnakoBbiM 1 coaBT. (2022 r.) [4]. O6-
pawano Ha cebs BHMMAHWE, UYTO CTEMeHb BbIPaXKEHHOCTU
no6bkosoro ososnioceHuna no Tanner (ll) He cooTBeTCcTBOBanNa
06bemy TecTukyn (d=s=2 ml), uto cBA3aHO co cTUMynALUEn
AKTl-appeHanoBoro aHgporeHesa. AptepuanbHaa runep-
TEH3Us, XapaKTepHasa 6onee yem anst 70% geten ¢ BUK [11],
Y Hallero naymeHTa 6bina BbiAB/IEHA TONIbKO MO pe3ysbraTam
WHCTPYMEHTaNbHOrO UCCnefoBaHna (CyTouHOe MOHUTOPU-
pOBaHMe apTepraNbHOro AaBNeHuUs).

YMepeHHOe MOBbllLEHNE YTPEHHEr0 YPOBHA KOPTM30/a
6b110 BnepBble 3adUKCMPOBaHO B 14 neT 4 mecsAua, To ecTb
yepes 4 rofla Nocsie NOABNEHUA NEPBbIX CUMATOMOB, U CTa-
J10 MOBOAOM AJ1A IHMLMALUMW NOJIHOLEHHOTO NlabopaTopHo-
ro obcnepgoBaHus. [lnarHos «3M» noATBEPKAEH HapYLIEHN-
€M CYTOYHOro puUTMa KOpTM30Jla KPOBM, MOBbILIEHMNEM €50
YPOBHA B cntoHe B 23:00 1 3KCKpeunn KopTru3ona C MOYON.
O6palLaeT Ha cebs BHMMaHME, YTO NpY NEPBUYHOM OOCIe-
foBaHun pesynbraT MAT 6bl1 NONOXUTENBHBIM (HECMOTPA
Ha ero BbICOKYI0 YyBCTBUTEIbHOCTb MO AaHHbIM NUTEpaTy-
pbl) [3], a ypoBeHb AKTI — He guarHoctnueckum [8]. MNapan-
NENbHO C NPOrpeccrpoBaHieM 3aboneBaHNA 1 yTAXKeNeH)-
€M KIUHUYECKOWN KapTUHbI OTMEeYanocb COOTBETCTBYOLLee
yxyaweHue nabopaTtopHbix nokasatenen (MAT ctan otpu-
uaTenbHbIM, a ypoBeHb AKTI — guarHoctnyecknm).
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B nocneonepaunoHHOM nepuoge y nauuveHTa pasBuil-
€A HecaxapHbin anaber. Mo JaHHbIM AUTepaTypbl, 3TO OC-
NOXHeHMe (Yalle TpPaH3MTOPHOrO XapakTepa) BCTpeyaeTca
B 13-30% cnyyaeB neyeHnA CennApHbIX 1 CynpacennapHbIX
onyxosen, Npu 3TOM Cambll BbICOKUIN PUCK OTMeYaeTca Mno-
cne pesekunn KpaHMopapuHrnomMbl, KUCTbl KapmaHa PaTtke
1 MMKpoageHom [12, 13].

LleHTpanbHbI TMNOKOPTULM3M, PAa3BUBLUMIACA MoOcChe
onepauuu, TpebyeT NeyeHus, HO MOXET HOCWTb TPaH3U-
TOpPHbIN XapakTtep. Mo gaHHbIM Q. Cui 1 coasT. (2023 r.), ocb
«runoTanamyc-runodmrs-HagnoyeuyHuK»  BOCCTAaHOBUIACh
y 73,6% naumneHTtoB ¢ BUK B TeueHne 2 net nocne xupyp-
rMYecKoro NeyeHus, a cpefHee BpemMsA BOCCTAaHOBJIEHUA
coctaBuio 12 mecAues. bonee BbICOKYI0 BepOATHOCTb Nep-
MaHEHTHOrO rMNOKOPTHLM3Ma UMENN NaumneHTbl C He[oCTa-
TOUYHOCTbIO APYrX FOPMOHOB ageHorunodursa [14].

Yepes 2 Hegenu nocne onepauuu y naymeHTa o6win gu-
arHOCTUPOBaH MEPBUYHBIN MaHUPECTHbLIN TMNOTUPEOD3.
B nccnepgosaHum B. Xiang 1 coaBT. (2019 r.) KOHUEHTpa-
umn TTT Bblwe pedepeHTHOro AmanasoHa OTMeYasInuCb
nMwb y ABYX NaumeHToB U3 102 n HOpManM3oBanmch ye-
pe3 1 rog. ABTOpbl CBA3bIBAKOT BbIABEHHbIE U3MEHEHNA
CO CHUXXEHUEM YPOBHA KOPTM30/ia B KPOBU Nocie one-
pauuun n NpekpalleHnem ero NHrMbrpyoLwero AencTema
Ha cekpeuwuto TTl [15]. meloTca cBeaeHna o6 accouwm-
auMn runepKopTMUU3Ma CO CHUXEHUEM KOHLEeHTpauum
TMPOKCUH-CBA3bIBaOWeEro rnobynuHa [16]. Hopmanu-
3auusA YpoBHsA 3TOro 6efika Nocne NPoOBefEeHHOro eve-
HUA MOXeT OOBACHATb BPEMEHHOE CHIKEHMWE YPOBHEN
cBT, n ¢8T,. Kpome Toro, no aaHHbiM H. Niepomniszcze
n coasT. (2002 r.), nayMeHTbl C rMNepKOPTULN3IMOM fe-
MOHCTPUPYIOT BbICOKYI PacnpoCTpaHEHHOCTb 3abone-
BaHU WNTOBULHON »efe3bl NoCse XUpyprnyeckoro ne-
YeHUA B CBA3M CO CHMXKEHMEM CAepPXKMBaloLWero BANAHUA
136bITKA MIOKOKOPTUKOUAOB Ha TEYEHUE Ay TOMMMYHHbIX
npoueccos [17]. OTCcyTCTBME aHTUTEN N HEBbICOKAaA Mo-
TPebHOCTb B JIEBOTVPOKCUHE B HalLEM CJlyyae KOCBEHHO
yKa3blBaeT Ha CBA3b BbIAABAEHHOrO rMnoTMpeosa C one-
pauven n, BO3MOXKHO, TPAH3UTOPHbIN ero xapakTep, 4YTo
MOXHO OyfeT yCTaHOBUTb TONbKO NpW MOC/eayloLlem
MOHUTOPUHre.

B nocneonepauMoHHOM neproge OTMeyYanocb Mpo-
rpeccrpoBaHMe MONOBOrO Pa3BUTUS: YBeNnyeHne obbema
TecTrKyn no Prader, noBbiweHne ypoBHEN rOHafOTPOMHBIX
ropmoHoB 1 T. Mo gaHHbIM H. Zheng u coasr. (2022 r.), ru-
noroHagum3m (IT) Habnoganca y 75% nauneHtoB ¢ BUK
Ha MOMEHT NOCTAaHOBKM AnarHo3sa. Npwn stom 80% nauyuven-
TOB JOCTUrany 3yroHagusma B TeuyeHue 12 mecaues nocne
onepauuu, N3 HMX 6osblas YacTb — B TeueHue 3 mecs-
ues [18].

3AKNIOYEHUE

MOCKONbKY CHUXKEHME CKOPOCTY POCTa NpeaLecTBOBa-
N0 Pa3BUTKIO aBCONMIOTHOWN HU3KOPOCIOCTM KaK B OMMCaH-
HOM C/lyuyae, TaK 1 Mo INTePaTypPHbIM AaHHbIM, OLieHKa 3TO-
ro nokasaTesia NOKa3aHa BCEM MaLMeHTaM C N30bITOUYHbBIM
BECOM.

HopmanbHasa cynpeccus KopTi3osna B XO4e Manoro feK-
CaMEeTa30HOBOIO TeCTa HE NCKITIOYAET ANArHO3 SHAOTEHHOro
rMNePKOPTULM3MA NPU HanuumMm ABYX APYrux fabopaTop-
HbIX MapKepoB 3aboneBaHus.
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CASE REPORT

CnoXHocCTbio AnarHOCTMKM 6onesHn MueHko-KylwimHra
B AAHHOM Cilyyae ABWIOCb OTCYTCTBME BM3yanm3aumnm age-
Hombl (MPT) npu nepBuyHOM 06CreloBaHUK, UTO NOTpedo-
BaJIO CENEKTMBHOIO 3a60pa KPOBM M3 HUKHUX KAMEHUCTbIX
CUHYCOB.

Mocne TpaHccdeHorAanbHOW aleHOMIKTOMUM, HECMO-
TPA Ha Marnble pa3mepbl 00pa3oBaHUA, Pa3BUIICA MepMa-
HEHTHbIN HecaxapHbIi AnabeT. B nocneonepaloHHOM fe-
proge TakXe MaHUbeCTMpOBas MEePBUYHbLINA TMMOTUPEO3
HEMMMYHHOrO reHes3a, XapakTep 1 NP1UYnNHa KOTOPOro ocTa-
IOTCA HEACHBIMM.

AONOJIHUTENIbHAA UHOOPMALINA

WcTtouHnku ¢puHaHcmpoBaHmua. PaboTa BbiMmosHeHa No MHULMATUBE
aBTOpOB 6e3 nprBneyeHNs GUHAHCUPOBaAHNSA

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 75

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

YyacTtue aBTOpOB. BCe aBTOpbl 0406pUny $rHaNbHy0 BEPCUIo CTaTb
nepep nybnvkauuer, Bbipasuan cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO N06OI YacTh
paboTbl.

Cornacue naumeHTa. [ayneHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOE corflacue Ha nybnmKauuio nepcoHanbHON MegULMHCKON MHpopMa-
Luun B 06e3nnyeHHon dopme, dotorpaduin B xxypHane «[pobnembl 3HOO-
KpVHonornm»

BnaropapHocTu: Bbipaxaem 6narogapHoOCTb Bpauy-Henpoxmpypry
THU P® ®IBY «<HMWL, sHpokpuHonorun» Munsgpasa Poccun, kaHanaaty
MeOVLMHCKNX HayK A3u3sHy BuneHy MupoHoBMYy 3a BblCOKO3(dEKTMB-
HYI0 XMPYPruyecKyio NomoLLb NaLneHTy.
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